Fig 1 Hips at age 5 years, showing metaphyseal chondrodysplasia
A 28 iu/100 ml (normal>70). Plasma vitamin E<0.1 mg/100 ml (normal>0.5). Serum vitamin B12 720 pg/100 ml (normal>60). Glucose tolerance normal. No galactosuria. Serum IgG, IgA and IgM levels normal. Radiology: metaphyseal chondrodysplasia affecting femora and tibiae (Fig 1) . Progress: Since treatment with pancreatic extract began, she has remained free from gastrointestinal symptoms, but growth retardation persists; both height and weight are below the third centile. She has not suffered from recurrent infections. Her general development is slightly below the average range (IQ 85) but she currently attends a normal school.
Discussion
Congenital hypoplasia of the exocrine pancreas is a rare disorder but, after cystic fibrosis, is probably the major cause of exocrine pancreatic insufficiency in childhood. It usually presents in infancy with steatorrhoea and failure to thrive, and is almost always associated with hiamatological abnormalities, most commonly neutropenia (Nezelof & Watchi 1961 , Shwachman et al. 1964 . Increased susceptibility to infection is common, and in about 20 % death may occur from overwhelming infection. Recently, reduced levels of serum immunoglobulins have been described (Hudson & Aldor 1970 , Doe 1973 . Metaphyseal chondrodysplasia, first described by Burke et al. (1967) occurs in 20% of affected cases. Bone changes are most pronounced in the femoral necks and may lead to coxa vara deformity in later life. These features are amongst those which serve to distinguish the condition from cystic fibrosis (Table 1) .
Absence of the pancreatic acinar tissue and its replacement by fat results in a deficiency of pancreatic enzymes. In our patient, in addition to the absence of trypsin and lipase, we were unable to detect 'esterase' activity. This enzyme hydrolyses lipid esters when present in a water solution or micellar form and is the principal enzyme involved in the hydrolysis and absorption of vitamin E esters. Its presence in duodenal juice In contrast to cystic fibrosis, fat malabsorption is well controlled by pancreatic extract therapy but the growth retardation, bone changes and himatological abnormalities persist.
The pathogenesis of the condition is not understood. Embryological development of pancreatic acinar cells and myeloid tissue occurs at about the same time, and it has been suggested that intrauterine infection may play a role in pathogenesis (Hruban et al. 1963 ). This seems unlikely as the condition may occur in siblings of successive pregnancies, and in one family both the father and daughter had neutropenia (Burke et al. 1967) . A familial incidence has been noted by most authors, and our case with an affected sibling supports an autosomal recessive mode of inheritance for the condition. Acknowledgments: Thanks are due to the Wellcome Trust and to Roche Products Ltd for financial support. Nevertheless he was given phenytoin 50 mg twice daily, with initial improvement.
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September 1973: dizziness and fainting following exercise recurred. He was shown to have exercise-induced paroxysmal ventricular tachycardia ( Fig IA, B) , but with no evidence of congenital or rheumatic heart disease, myocarditis or cardiomyopathy. Propranolol 5 mg three times daily controlled the rhythm and no further fainting episodes or dizziness have occurred. Recently the dose has been increased because a repeat exercise ECG showed recurrence of tachycardia, without clinical symptoms.
Comment
Paroxysmal ventricular tachycardia (PVT) is a rare condition in childhood (Videbaeck et al. 1973 ) and may be associated with underlying heart disease (Anthony et al. 1966 , Armbrust & Levine 1950 . The prognosis is generally better in the idiopathic group (Palaganas et al. 1965) although sudden death in syncopal attacks due to superimposed ventricular fibrillation has been reported (Cohen et al. 1967) .
No ECG recordings have been made during this child's episodes of unconsciousness. His attacks have always been induced by exercise. He has never experienced palpitations, angina, dyspnoea or abdominal pain and has never been in congestive cardiac failure, presumably because his episodes have been short-lived and self-limiting. The resting ECG shows no changes in P wave direction or intensity suggestive of the sick sinus syndrome (Scott & Macartney 1974) but the exercise ECG fulfils most of the criteria for PVT (Robinson & Hermann 1921) . This shows an irregular heart rhythm, with auricular complexes
